incidence of lymphoma was 43.8 times the expected incidence in the general population. Since 1978 there have been several papers describing immunohistochemical techniques which confirm that the malignant lymphoma of Sjogren's syndrome is a monoclonal B-cell neoplasm'"!", The exact mechanism by which these lymphomas arise remains unclear. However, it is tempting to speculate that in a genetically susceptible person, prolonged B-cell stimulation may result in a monoclonal proliferation. Wilke et ai. 12 first documented a malignant lymphoma with T-cell characteristics in a patient with Sjogren's syndrome. Our patient is the second such case, and until more is known about the pathogenesis we wish to underline the importance of precisely classifying any lymphomas arising in patients with Sjogren's syndrome.
Acknowledgment: In response to the first case report of aTcell lymphoma occurring in association with Sjogren's syndrome", a brief letter documenting the present case was published in Arthritis and Rheumatism (1987; 30:115-7 There was no other relevant past history. Examination revealed severe cardiac failure and anaemia, with an elevated jugular venous pressure, hepatomegaly, gallop rhythm and apical systolic murmur, extensive basal lung crepitations and hypotension (lOOnO mmHg). A smooth, non-tender, mobile mass was palpable in her right iliac fossa.
Investigations showed: ESR 150 mmIh, C-reactive protein 80 mgll (normal < 5), IgM and IgG circulating immune complexes, leukoerythroblastic anaemia (Hb 8.2 g/dl; nucleated red cells and immature white cells) with normal red cell indices, neutrophil leukocytosis (8.2xI0 9 /l), thrombocytosis (824xl0 9 /l); hypercellular bone marrow consistent with anaemia of chronic disease; urine microscopy normal and blood cultures negative. Serum IgM was elevated at 11.4 gil (normal 0.6-3.5), IgG and IgA being normal; protein electrophoresis showed raised alpha-2 globulins plus two discrete bands between the beta and gamma regions. Liver function tests were abnormal: aspartate aminotransferase 52 Ull (normal 7-40), gammaglutamyltransferase 60 Ull (normal 0-45) and serum albumin 30 gil (normal 35-51). Serum creatinine and urea were raised at 152pmol/l (normal 60-125) and 12.7 mmol/l (normal 2.5-6.6), respectively. ECG showed left bundle branch block; chest X-ray, marked pulmonary oedema and bilateral pleural effusions; two-dimensional echocardiogram, dilated, poorly functioning left ventricle, but no valvar vegetations. An enlarged liver of normal Initial response to bed rest and loop diuretics was poor; within 5 days of admission her serum creatinine had risen to 237 ",mol/l,urea to 32.2 mmol/l and urate to 1.5 mmol/l (normal 0.15-0.42). With no evidence for chronic sepsis or malignancy, an arteritic process was suspected and large doses of intravenous steroids started (equivalent to 100 mg prednisolone/day). There was gradual improvement in her cardiac failure and general condition. One month later, when stable on small doses of diuretic and reduced steroids, she remarked that her headaches had disappeared, only to reappear when the prednisolone dose fell below 10 mg/day. For this reason a temporal artery biopsy was performed and typical changes of GCA were found <Figure 1). At this time her ESR was 50 mm/h, haematology normal and serum creatinine 96 f.'IDol/l. Because the ESR never fell below 50 mmlh on treatment, we chose to monitor her progress by simultaneous measurement of C-reactive protein (CRP) and the presence of circulating immune complexesv', Although CRP normally correlates well with ESR·, in this patient we found some dissociation (Table 1) . After almost 2 years, circulating complexes have not changed in composition nor disappeared and we have been unable to reduce the prednisolone dose below 5-10 mg/day.
Discussion
The diagnosis of GCA is not difficult in an elderly patient with temporal headache, thickened, nonpulsatile, tender temporal arteries, anaemia and high ESR: it is in the patient with indolent and nonspecific symptoms that the diagnosis might be missed or +indicates presence of IgM and IgG circulating immune complexes -indicates unrecorded .patient symptomatic delayed-", The prevalence of this condition suggests that many cases go unrecognized, particularly ifinsidious in onset and atypical in presentations. Such patients could fall into the ill-defined category of normochromic, normocytic anaemia and high ESR of the elderly", Because the disease is confined to arteries with an internal elastic lamina, local symptoms usually reflect inflammation of large and medium-sized vessels". Unlike polyarteritis nodosa, renal vascular disease is rare 2.S • Although granulomatous parenchymal involvement of kidney and liver has been reported-", in the former at least, other causes for the histological appearances have not been excluded-, In our patient, the abnormalities of renal and liver function were almost certainly due to the severity of her cardiac failure rather than any inflammatory process. However, it is very likely that her coronary vessels were involved in the arteritic processl.2.9.10 and this, together with the anaemia, caused rapidly progressive heart failure. Although neutrophil leukocytosis and thrombocytosis have been noted in patients with GCA2, leukoerythroblastic anaemia has not. This potentially fatal condition should always be borne in mind when confronted with an elderly patient with an unusual illness. We suggest that CRP may be a better guide to disease activity in some; if present", the persistence of circulating immune complexes, particularly those containing IgM (indicating a persisting source of antigen), should caution rapid reduction or withdrawal of steroids, even if clinical progress is satisfactory. 
Case report
A 45-year-old woman was admitted as an emergency following a collapse at home, having been only nonspecifically unwell on the previous day. She had attended her general practitioner for a year with low back pain, and a lumbar spine X-ray 9 months previously had shown degenerative changes of L5.
On arrival in casualty she was barely responsive to painful stimuli, afebrile, with pulse 140/min and blood pressure 2301130 mmHg. There was no neck stiffness but she was peripherally cyanosed. Neurological examination showed papilloedema with flameshaped haemorrhages, a right extensor plantar response and generally increased tone. White cell count was 20x 10 9 /1 with toxic granulation. Blood glucose was 12 mmolll, potassium 2.7 mmolll, pH 7.56. Urea and creatinine were normal. Urine contained traces of protein and glucose. Lumbar puncture was not performed due to her general clinical condition and rapid deterioration.
Thirty minutes after admission she became deeply unconscious with Cheyne-Stokes respiration and a fixed dilated right pupil. There was no response to intravenous mannitol and dexamethasone. She was immediately transferred for a CT scan which showed a communicating hydrocephalus. She deteriorated rapidly and one hour later no brainstem reflexes could be obtained. She died two days later on a ventilator.
Postmortem and pathology findings Central nervous system: Meninges were tense, thickened and opaque with purulent fluid predominantly over the basal surface of the brain. There was also herniation of the cerebellar tonsils and widespread thrombosis of all the arteries of the circle of Willis as well as basilar and vertebral arteries. The ventricles were dilated and contained purulent fluid; there was associated destruction of the corpus callosum. Histology showed dense inflammatory thickening of the meninges with numerous gram-positive cocci, perivascular extension of the inflammation into the cortical grey matter, periventriculitis and early demyelination in the walls of the lateral ventricles and in the disrupted corpus callosum.. Lumbar spine: The body of L5 was largely destroyed by septic necrosis with sinus formation and extension anteriorly to form bilateral psoas abcesses. Histology showed replacement of the marrow by a mixed inflammatory infiltrate of polymorphs, plasma cells and early granulation tissue, but little evidence of dead or remodelled bone. Other findings: There was mild left ventricular hypertrophy, small renal cortical ischaemic scars with histological evidence of benign hypertensive nephrosclerosis but no changes of malignant hypertension. There were left upper lobe peripheral small pulmonary emboli with a small area of infarction. The spleen was very soft suggesting septicaemia. Bacteriology; Heavy growth of Streptococcus pneumoniae was isolated from cerebrospinal fluid and meninges and moderate growth from the bone sinus and psoas abcesses. No significant organisms were isolated from urine, ureters or bronchial swabs.
